(5 0.63r of orni thlne/h/ml of whole blood.Treatment with exchange transufions and peritoneal dialysis reduced blood ammonia only slightly to 1100 ug/dl. Dramatic reduction of ammonia to 300 pg/dl occurred 24 h after intravenous therapy with 4 mM/Kg/day of arginine hydrochloride and 250 mg/Kg/day of sodium benzoate. The baby improved and his EEG became normal. At 9 months, the baby's height, weight, and head circumference are within the 50th percentile. Frequent developmental assesments have been within the normal range. Currently the baby is on 1.7 Gm/Kg of protein with arginine supplementation of 1 mM to 4 mM/Kg/day depending on the blood arginine levels. A biochemical and enzymic diagnosis of argininosuccinic acidemia can be made in the newborn period. Arginine therapy is superior to other forms of treatment in preventing hyperammonemia and neurological damage. Down's syndrome (D.S.) platelets have a decreased content and rate of uptake of serotonin (5HT) compared to normal platelets. The purpose of the present study was to determine whether 5HT uptake could be normalized in D.S. platelets. The initial rate of 5HT uptake into D.S. is 3.659.50 compared to normal uptake of 8.895.03 nmoles/hr/l~~ pl (p<.001). In D.S. platelets N a ' content is increased, K+ content is decreased and the rates of inward and outward transport of K+ and the efflux of ~a + are also decreased. As 5HT uptake is linked to the outward movement of K+, the effect of normalizing K+ content of D.S. platelets was studied. Normal and D.S. platelets were incubated in 30 mM KC1 buffer for 20 min. The K+ content of D.S. platelets after incubation (19.2+1.0 1~g / 1~9 pl) was the same as normal (18.e 2.3 pg/109 pl (p7.4). While K+ content was normalized, 5HT uptake as well as K+ efflux rates were determined in D.S. platelets. 5HT uptake increased to 7.639.62 nmoles/hr/l~~ pl and K+ efflux increased from 0.535.06 to 1.049.08 compared to normal efflux of 1.143.13 pmbles/hr/10~ pl. These results indicate that the rate of 5HT efflux is linked to K+ content and K+ efflux. This is the first demonstration of a correctable biochemical defect in D.S. If alterations in Na+ and K+ content occurred in D.S. synaptosomes, they could affect amine uptake and content of these organelles concerned with neurotransmission. Circulating fuels and glucose and lactate turnover rates among fasted newborn pups of 6 control and eight 5-day starved pregnant dogs were studied between 0 and 24 hrs of age. MCS caused a 23% weight loss in pups. Fetal ketone body concentration (3.33 mM)+ paralleled the maternal ketonemia (5.78 mM) in the MCS group. Following birth, there was a rapid decline in the ketone levels. Starvation caused a significant decline in maternal blood glucose (3.22 vs 4.14 mM) while the fetal blood glucose was not significantly different. By 3 hrs of age MCS caused a significant lowering of blood glucose (2.79 vs 5.77 mM), plasma free fatty acids (FFA)(0.505 vs 0.701) and glycerol levels (0.146 vs 0.247). By 6 hrs, glucose and FFA became equivalent to controls, while glycerol values remained depressed at 6 and 9 hrs. Blood alanine concentration was increased at 3,6 and 24 hrs in the MCS pups. Glucose production rate (GPR) was similar in both groups at 3,6 and 9 hrs. However glucose metabolic clearance rate was significantly increased (8.92 vs 5.63 ml/Kg.min) at 3 hrs. GPR and glucose clearance were also elevated at 24 hrs in the MCS group. Lactate turnover and lactate carbon incorporation into glucose were not significantly different between the 2 groups. CONCLU-SION: The immediate neonatal adaptive responses to fetal nutrient deprivation as a result of MCS consists of unchanged glucose turnover,gluconeogenesis from lactate and augmented muscle release or decreased hepatic utilization of alanine.*Deceased +Mean
LIPOPROTEIN LIPASE IN PRETERM HUMAN
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EFFECT OF EXTENDED MATERNAL STARVATION ON THE INTRA-HEPATIC REGULATION OF METABOLISM IN NEWBORN DOGS E.
Miettinen, R. Klieman, S. Kalhan and P. Adam*. C W , Cleve. Metropolitan Gen. Hosp., Div. of Ped. Metab., Cleveland OH Hepatic metabolic intermediates from fasted newborn pups of 6 control and eight 5-day starved pregnant mothers (MCS) were studied between 0 and 24 hrs of age. In the MCS fetus, glycogen concentrations were significantly reduced (416~~526 ! J mollg)+and uridinediphosphate glucose levels increased (0.196vs0.135) suggesting diminished fetal glycogen synthesis. After birth glycogen levels diminished at the same rate in the 2 groups being 197 and 304 at 24 hrs. Hepatic glucose concentrations were reduced in the MCS pups at 3 hrs (2.90vs5.97) reaching control levels at 6 and 9 hrs, again declining at 24 hrs (3.09vs5.29). Glucose-6-phosphate and fructose-6-phosphate concentrations after MCS were low in the fetus and throughout the 24 hrs. Tricarboxylic acid cycle (TCA) intermediates tended to be low after 6 hrs in the MCS group; aketoglutarate levels being significantly reduced at 6 and 9 hrs, malate at 9 and 24 hrs, and citrate at 24 hrs. After birth, MCS resulted in significant lowering of hepatic ATP levels while energy charge was low only at 6 and 9 hrs. In addition the cytoplasmic NADINADH ratio was significantly more oxidized at 3 hrs in the MCS pups. Intrahepatic ammonia concentrations were significantly elevated at 0,6,9 and 24 hrs. CONCLUSION: Extended MCS results in 1)reduced fetal glycogen synthesis or augmented fetal -. -. . ------glycogenolysis and 2)diminished hepatic energy production after birth in spite of enhanced net hepatic lycolytic flux as a result of phosphofructokinase activation ty low levels of ATP, citrate and NADH.
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